The reported incidence of vaginal agenesis varies from 1 in 4,000 to 1 in 80,000 and individuals with congenital absence of vagina usually are first seen by a gynecologist at ages 14 to 15 years, when the absence of menses causes concern. A colon-introitus anastomosis was performed with interrupted absorbable sutures after opening peritoneum on müllerien dimple by sharp dissection using a guide inserted through the created perineo-abdominal tunnel. A rare case of vaginal agenesis with a septate uterus and normal tubes and ovaries is reported. Sigmoid vaginoplasty seemed the most appropriate procedure for the case and the continuity of the genital tract was well established as the patient menstruated vaginally after the operation.
Introduction
The reported incidence of vaginal agenesis varies from 1 in 4,000 to 1 in 80,000 and individuals with congenital absence of vagina usually first seen by a gynecologist at ages 14 to 15 years, when the absence of menses causes concern [1] .
A neovagina can be created using non-surgical and surgical techniques. The most common non-surgical technique used for vaginal construction is Frank's method, which requires long term dilatation [2] . Surgical methods include Vecchietti technique, a laparotomic surgical variant of Frank's method, Abbe-McIndoe procedure using pudental thigh or peritoneal flap or buccal mucosa and finally intestinal transplant methods [3] [4] [5] .
In this case report, we present a rare case of vaginal agenesis which is accompanied by failure of vertical and lateral fusion of the two müllerian ducts; a complete septum that divides both the uterine cavity and endocervical canal into two components. Menstruation was achieved at the 26 th post-operative day of introitocervical sigmoid colon transpositioning procedure. No excessive mucus production or complication occurred.
Case Report
A 14-year old girl with a history of primary amenorrhea was referred to our gynecology clinic with a diagnosis of vaginal agenesis with normal secondary sex characteristics. Her medical history revealed regular back and pelvic pain recurring every 24 to 28 t days, suggesting a regular ovulation or an obstructed dysmenorrhea. MRI and intravenous pyelographic investigations showed no urological, skeletal or auditory abnormalities.
The patient and her family were informed of available procedures and informed consents were obtained from both the patient and her parents.
Surgical Procedure
The patient was placed on fluids and an elementary diet for 48 hours before the operation and bowel preparation was performed as described below; Sodium phosphate 45 ml and 500 mg ornidazole 1.
at 6 pm. Fleet enema at 10 pm. 2.
Sodium phosphate 45 ml and 500 mg ornidazole 3.
at 00 am.
Fleet enema at 6 am. 4.
Antibacterial chemoprophylaxis was carried out with 2g of intravenous cefazolin at the beginning of the operation.
The abdominoperineal procedure was performed under general endotracheal anesthesia in an extended lithotomy position with the bottocks slightly elevated. This position allowed a wide access to the perineum, with excellent intraabdominal exposure.
A transverse incision was used in the perineum between urethral orifice and posterior commissural. A 16F Foley catheter was left indwelling in the urethra as the blunt dissection progressed between urethra and rectum to create a bed for the neovaginal intestinal conduit. The perineo-abdominal tunnel was progressively dilated by blunt finger dissection until a caliber comparable to the bowel size or large enough to permit two fingers was achieved and peritoneum was reached.
Maylard incision was preferred for sufficient exposure and better cosmetic results. Upon inspection, the uterus and ovaries were at their normal localization surrounded by endometriotic foci. Uterus was incised at midline and uterine cavity and the uterine septus were brought into vision. The septum was removed with sharp dissection and the endometriotic foci was cauterized. After inspecting the vascular pattern of the mesosigmoid by mesenteric transillumination, 10 to 15 cm of sigmoid colon was isolated on its vascular pedicle. This mobilized sigmoid segment was pulled through the abdominoperineal tunnel, avoiding any tension or twisting. A colon-introitus anastomosis was performed with interrupted absorbable sutures after opening peritoneum on müllerien dimple by sharp dissection using a guide inserted through the created perineoabdominal tunnel. The anastomosis of the proximal end of the isolated segment with the cervix was done with interrupted absorbable sutures. The intestinal mucosa was sutured to cervical mucosa and intestinal serosal layer was sutured to the serosa around the cervix and then the uterine incision was closed by single-layer absorbable sutures.
Postoperative course was uneventful and the girl was discharged from the hospital on the 10 th postoperative day. Menstruation was achieved at the 26 th postoperative day of introito-cervical sigmoid transpositioning procedure. No complications or excessive mucus production occurred.
Discussion
First line treatment for neovaginal reconstruction in individuals with a vaginal dimple of 3-4 cm is the Frank's technique, a non-operative forceful dilatation of the vaginal introitus [2, 6] . The anatomic and functional success of this method ranges from 43% to 100% respectively and requires long term catheterization and highly motivated patients [7] .
A laparotomic technique developed as an alternative to Frank's method is called Vecchitti procedure end and does not require vesicorectal dissection [7] .
The most commonly used technique during the last few decades has been the use split-thickness skin graft described by McIndoe [4] . This surgical procedure has the advantages of being relatively easy and avoiding intestinal complications [7] . However, the disadvantages include shrinkage of the proximal third of the neovagina, lack of lubrication and dyspareunia which gives anatomic and functional success rates from 57% to 91% and from 81% to 100% respectively [7] .
The intestinal transplantation technique initially described by Baldwin is favored because it satisfies the following criteria: self lubricating, not requiring dilatation, low risk of stenosis and shrinkage, and resistance of the intestinal segment to trauma [6] [7] [8] . Although sigmoid vaginoplasty has the potential risks of bowel complications, among four techniques developed to create a new neovagina, intestinal procedure has the best immediate and long term results [9, 10] .
Although optimal surgical treatment for vaginal agenesis is controversial, the ideal vaginoplasty procedure for our patient should provide a patent genital tract with free menstrual flow and fertility. She had normally localized and regular shaped ovaries, tubes and one septate uterus having normal external appearance. She also had endometriotic foci localized around adnexal organs probably due to retrograde menstruation. Intestinal transposition was the best surgical option for the correction of her malformation. Because of some disadvantages of ileum vaginoplasty such as excessive mucous production, higher tension on vascular structures of the flap because of a short mesentery, narrow lumen and unpleasant cosmetic results of lower and upper vertical incision , sigmoid vaginoplasty was chosen [6, 5, 11, 12] .
The method of transpositioning a sigmoid flap isoperistaltically or antiperistaltically, depends on several factors including arterial distribution of inferior mesenteric artery (IMA), length of the mesosigmoid, distribution pattern of branches of sigmoid artery (SA) in the mesosigmoid, and the localization of the preserved branches of SA [5] . Generally, in sigmoid flap transposition procedures, the flap is prepared considering one anastomosis at introital level. But in this case, there are two anastomoses at introital and cervical levels and by preparation of the sigmoid flap, the factors described above were taken in account for both levels resulting in a more individualized procedure of preparing the flap.
A rare case of vaginal agenesis with a septate uterus and normal tubes and ovaries is reported. Sigmoid vaginoplasty seemed the most appropriate procedure for the case and the continuity of the genital tract was well established as the patient menstruated vaginally after the operation. However, the effect of this procedure on future fertility remains an unanswered question.
